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IMAGES, QUESTIONS AND ANSWERS
Right  orbital  tumor:  Which  diagnostic  orientation?
What  therapeutic  approach  to  adopt?  What  deﬁnitive
diagnosis?
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sCase report
A  29-year-old  woman,  9  months  post-partum,  was  referred
by  her  ophthalmologist  for  progressive  right  visual  acuity
loss  of  4  months’  evolution.  Ophthalmological  examina-
tion  found  non-reducible  right  axial  exophthalmos  with
90%  right-  and  100%  left-eye  acuity.  The  right  visual
ﬁeld  was  impaired,  with  conserved  photomotor  reﬂex
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http://dx.doi.org/10.1016/j.anorl.2013.01.002nd  eyeball  mobility.  ENT  and  somatic  examinations  were
ormal.  There  were  no  clinical  signs  of  neuroﬁbromato-
is.
Orbital  MRI  found  a  well-contoured  right  ovoid  mass  with
 long  axis  of  23  mm,  enhanced  on  contrast  medium  injection
nd  with  a clear  peripheral  ring,  deforming  the  posterior
ole  of  the  eyeball  and  compressing  the  right  optic  nerve
Fig.  1).
served.
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a
igure  1  Orbital  MRI.  A.  T1-weighted  sequence  without  con
rrow points  to  strong  peripheral  enhancement.  C.  T2-weighted  seq injection.  B.  T1-weighted  sequence  with  contrast  injection;
uence  without  contrast  injection.
What is your diagnosis?
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ate  signal  on  T1  and  T2  weighted  sequences  and  areRight  orbital  tumor  
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Diagnostic  orientation
Large  right,  apparently  benign,  orbital  tumor,  mainly  raising
the  question  of  preoperative  diagnosis.
Treatment  approach
The  patient  underwent  modiﬁed  Krönlein  right  lateral
orbitotomy  (Fig.  2).  The  steps  were  as  follows:  C-incision
along  the  outer  orbital  edge  extended  along  an  external  can-
thal  fold;  exposure  of  the  zygomatic  periosteum  and  orbital
rim;  zygomatic  bone  section  by  circular  saw;  and  exposure
of  the  periorbita.  An  H-shaped  opening  of  the  periorbita
allowed  exposure  of  the  external  rectus  and  then  of  the
orbital  contents.
The  operative  microscope  revealed  the  tumor  and
allowed  complete  monobloc  resection  and  decompression
of  the  optic  nerve.
The  bone  ﬂap  was  repositioned  at  end  of  surgery  after
suturing  the  periorbita.  Postoperatively,  right  ocular  move-
ment  showed  impairment,  with  diplopia,  normalizing  by
4  months.
Exploration  was  conducted  with  care  to  conserve  the
external  muscles  of  the  eye  and  optic  nerve,  damage  to
which  may  result  in  postoperative  mydriasis.  Postoperative
edema  and  muscular  reaction  determined  by  tumor  size
account  for  transient  postoperative  diplopia  or  oculomotor
disorder.  At  12  months  follow-up,  there  was  no  recurrence,
and  the  esthetic  result  was  satisfactory.
Figure  2  Right  lateral  orbitotomy.  A.  Incision.  B.  Periorbital  e
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eﬁnitive  diagnosis
eﬁnitive  diagnosis  was  anatomopathologic.  Macro-
copically,  there  was  an  ovoid  yellowish  tumor  of
.4  ×  1.8  ×  1.7  cm  with  cystic  areas  (Fig.  3A).  Micro-
copically,  the  tumor  was  encapsulated  and  constituted  by
 proliferation  of  Schwann  cells  organized  in  some  areas  in
ompact  Antoni  A  bundles  and  in  others  in  a  looser  Antoni  B
onﬁguration  (Fig.  3B).
Immunohistochemistry  found  a  5—7%  proliferation  index
n  Ki-67  labeling  and  positive  S-100  protein  labeling  of  all
umor  cells  (Fig.  3C  and  D).  The  diagnosis  of  benign  orbital
chwannoma  was  conﬁrmed.  Schwannoma  may  occur  de
ovo  or  in  association  with  neuroﬁbromatosis.  An  orbital
ocation  is  rare,  at  1-6%  of  tumors  as  a  whole  [1].  Orbital
chwannoma  is  often  unilateral;  the  implicated  nerve
s  rarely  identiﬁable.  Trigeminate  branches  (supraorbital
nd  supratrochlear  nerves)  are  the  most  often  affected,
lthough  there  may  also  be  involvement  of  the  optic,
culomotor,  infraorbital,  ciliary,  lacrimal  and  zygomatico-
emporal  nerves  [2].
Orbital  schwannoma  is  weakly  invasive,  with  slow  evolu-
ion  that  may  be  accelerated  by  pregnancy  due  to  iterative
ntratumoral  hemorrhage  induced  by  hypervascularization
3]. MRI  is  the  examination  of  choice,  orienting  diagno-
is  ahead  of  surgery.  Strong  peripheral  enhancement  is
athognomic  [4].  Shen  et  al.  correlated  histologic  and
adiologic  ﬁndings:  Antoni  A  regions  show  in  intermedi-xposure.  C.  Tumor  exposure.  D.  Surgical  scar  at  2  months.
nhanced,  whereas  Antoni  B  regions  show  in  hyposignal  on
1  and  hypersignal  on  T2,  without  enhancement  [5].  Com-
lete  surgical  resection  is  the  attitude  of  choice.  Lateral
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Figure  3  Anatomopathologic  specimen.  A.  Macroscopic  aspect.  B.  Schwannoma  with  rhythmic  schwann  cell  proliferation.
C. Schwannoma  with  weak  ki-67  labeling,  indicating  benign  tumor;  only  the  nuclei  shown  in  black  (5—7%)  are  labeled.  D.  Strong
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[-100 protein  labeling,  diffusely  coloring  Schwann  cells  brown;  
Reading  by  Pr.  Antonio  Ca
rbitotomy,  as  described  above,  provides  a  wide  opera-
ive  ﬁeld  for  a  painstaking  search  for  the  implicated  nerve
nd  for  complete  tumor  resection.  The  schwannoma  cap-
ule  derives  from  the  perineurium  of  the  implicated  nerve.
ifferential  diagnosis  concerns  cavernous  hemangioma  or
solated  neuroﬁbroma.  With  appropriate  treatment,  prog-
osis  is  very  good.  Recurrence  is  rare,  and  mainly  due
o  incomplete  resection,  schwannomatosis  or  plexiform
chwannoma.isclosure of interest
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